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Congenital Heart Disease
An atypical aneurysm of ascending
aorta, a ‘‘rarer of rarest’’ case report
A.H. Choudhury *, J. Kar, B. Phukan, P.C. Sarma
Silchar Medical College, Assam, India
Aneurysm of ascending aorta (AA) is generally common between
6th and 7th decade of life. Usual presentations are asymptomatic
to mild symptoms of angina/dyspnea to sinister hemomediaste-
num.Our case is a 30-year-old lady, amother of 2 kids, presented to
us on 20/10/14 with signs and symptoms of gradually developing
right heart failure. She had associated anemia, which was cor-
rected by whole blood. CVS examination revealed a diffuse apical
impulse with an ESM in LSE radiating towards left shoulder. ECG
revealed extreme RVH. CXR revealed a RV apex with full pulmon-
ary bay surrounded by areas of discrete calciﬁcation. With provi-
sional diagnosis of PS she was sent for Echocardiography. Echo
revealed dilated RV and RA with severe TR. LV was normal. How-
ever, RVOT could not be assessed from PSAX or high A4CH as it
remained obscured by a densely calciﬁed lesion. Further investiga-
tion with CECT thorax followed by cardiac MRI revealed a huge
aneurysmal sac measuring 7.9 cm  6.2 cm  6 cm arising from
the AA, occupying the anterior mediastenum and connected to
the AA with two separate feeding necks measuring
1.4 cm  1.2 cm. The ﬁrst neck was attached to the middle of AA
and the second to sinus of valsalva region. Signiﬁcant wall calci-
ﬁcation of the sac with a diffuse thick peripheral thrombus burden
of 1.9 cm was seen. The sac displaced and compressed the middle
part of MPA. RVOT, however, was anatomically normal. Though
one such case of atypical aneurysm of AA has been reported in
Asian Cardiovasc Thorac Ann, 2013–14, this is an unique case with
RVOT compression followed by RVF, connected to AA with multi-
ple feeding ducts. As no such case has been reported in the
literature we have classiﬁed it as ‘‘rarer of the rarest’’. The patient
declined surgical intervention.
Spectrum of cyanotic congenital heart
disease diagnosed by
echocardiographic evaluation in
patients attending a tertiary cardiac
care centre of south Rajasthan
Amit Kumar *, Sohan Kumar Sharma, Mukesh
Kumar Sharma, Kapil Bhargava
Department of Cardiology, RNT Medical College, Udaipur, India
Background: Cyanotic congenital heart disease (CHD) comprises
up to 25% of cases of all causes of CHD. There is lack of Indian data
about the present spectrum of cyanotic CHD. The present study
was undertaken to determine the spectrum of patients with cya-
notic CHD.
Methods: All patients with suspected cyanotic CHD were provi-
sionally included in this study. They underwent a thorough echo-
cardiographic evaluation, and those patients who had deﬁnitive
diagnosis of cyanotic congenital heart disease were included for
ﬁnal analysis.
Results: A total of 83 patients met the inclusion criteria. Tetralogy
of Fallot and its variant were the most common cyanotic conge-
nital heart disease with proportion of about 36%. Other common
malformations were d-transposition of great arteries (13%), double
outlet right ventricle (10%), tricuspid atresia (8.5%), single ventricle
(7%), total anomalous pulmonary venous connection (6%),
Ebstein's anomaly (6%), pulmonary atresia with ventricular septal
defect (5%), truncus arteriosus (2.5%), and others such as common
atrium, isolated atrio-ventricular discordance, severe pulmonary
stenosis with patent foramen ovale.
Conclusion: Tetralogy of Fallot and its variant were the most
common cyanotic congenital heart disease diagnosed in our
patients. As there were a signiﬁcant proportion of cases with
complex cyanotic CHD, cardiologist should be familiar with the
diagnosis and management of all these complex congenital mal-
formations of the heart.
A case of primary pulmonary vein
stenosis with pulmonary hypertension
crisis
Ankur Gupta *, Krunal Tamakuwala,
Nirav Panchani, Jayesh Rawal
Dhiraj Hospital, Piparia, Dist., Vadodara, Gujarat 391760, India
Pulmonary vein stenosis (PVS) is a rare condition. PVS can occur
in several forms. It is usually a progressive condition and its
severity and symptoms increase over time. A young female
presented to hospital with complaints of breathlessness at rest
for past 5 days. There was associated orthopnoea and parox-
ysmal nocturnal dyspnoea. There was no history of chest pain,
fever, or cough with expectoration. There was past history of
breathlessness on exertion (NYHA Class II) since the age of 12
years. Electrocardiography revealed sinus tachycardia and P
pulmonale. There was evidence of right atrial and right ventri-
cular enlargement on electrocardiogram. The chest radiograph
showed cardiomegaly, interstitial pulmonary oedema, and bilat-
eral pleural effusion. Trans-thoracic echocardiography revealed
grossly dilated right atrium (RA) and right ventricle with poorly
functioning right ventricle. Marked tricuspid regurgitation was
seen suggesting severe pulmonary hypertension. Doppler stu-
dies showed a high velocity pulmonary venous ﬂow, which was
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suggestive of pulmonary venous obstruction. This was con-
ﬁrmed on transoesophageal echocardiography. Patient was
posted for percutaneous balloon angioplasty of pulmonary
veins. After right femoral venous puncture, the wire did not
cross the IVC. Hence check angiography was done through right
femoral venous sheath which showed total occlusion of IVC in
lower abdomen with reformation of IVC in the upper abdomen
through tortuous collaterals arising from left common iliac vein.
There was no channel through which the wire could reach the
RA safely. Hence the procedure was abandoned and the patient
was posted for surgical correction of pulmonary vein stenosis.
After the surgical reconstruction, patient developed sudden right
heart failure and subsequent cardiogenic shock, renal failure,
and sepsis. The patient was intubated and kept on mechanical
ventilator, managed with ionotropic support, intravenous anti-
biotics and three cycles of hemodialysis. The patient was dis-
charged after 10 days of surgical correction.
The pulmonary hypertension crisis at the time of presentation
led to hypoxemia that triggered an increase in pulmonary vas-
cular resistance, increased hydrostatic pressure, and worsened
pulmonary edema. Given the extent of the baseline pulmonary
hypertension in our patient, pulmonary vascular recruitment
was likely limited, which explained the inability of the pulmon-
ary circulation to accommodate an acute increase in pulmonary
pressures. The latter, in combination with the underlying
broncho-pulmonary dysplasia, may account for the patient's
cardiorespiratory failure despite unilateral disease. In the small
group of patients with diffusely hypoplastic pulmonary veins,
the term ‘‘primary’’ pulmonary vein stenosis is preferred. The
reason for this difference in terminology is that it is becoming
more apparent that the disease is often progressive and may not
even be evident at birth.
Percutaneous balloon valvuloplasty
with inoue balloon catheter technique
for pulmonary valve stenosis in
adolescents and adults
A.S. Singh *, M.S. Phadke, H.C. Shah, C.P. Lanjewar,
P.G. Kerkar
Seth GS Medical College and KEM Hospital, Parel 400012, India
Background: Percutaneous balloon valvuloplasty (PBV) is the
procedure of choice for uncomplicated severe or symptomatic
pulmonary stenosis. Current approaches utilize various ﬁxed
size balloon catheters using a single or double balloon techni-
que. The present report describes our experience in BPV
using the inoue balloon catheter in adolescent and adult
patients.
Aim: To assess the immediate and mid-term outcomes of PBV for
pulmonary stenosis with a single inoue balloon catheter in ado-
lescent and adult patients.
Methods and results: Between June 2010 and July 2015, we per-
formed percutaneous pulmonic valvuloplasty with a single inoue
balloon catheter in 32 adolescent or adult patients (19 females and
13 males) aged 8–54 years (23.6  11.5). Majority of patients pre-
sented with exertional dyspnea (87.5%) while 3 patients had pedal
edema and 2 complained of syncope. Pulmonary annulus on
catheterization was (18.8  2.2 mm) and balloon-pulmonary annu-
lus ratio was (1.31  0.16). The mean right ventricular systolic
pressure and the pulmonary valvular peak-to-peak systolic gra-
dient decreased from (121.6  42.4 to 61.19  24.5 mmHg) and
(100.9  43.3 to 36.4  22.5 mmHg), respectively, following PBV.
Post procedure, reactive right ventricular outﬂow tract stenosis
was seen in 5 patients and mild pulmonary regurgitation was
detected in 10 patients. Clinical and Doppler echocardiographic
follow-up studies were performed 0.2–5 years after the procedure
in 17 patients. All patients were asymptomatic at follow up. Right
ventricular outﬂow tract stenosis was attenuated in all 5 patients
on follow-up. There was no increase in grade of pulmonary regur-
gitation. There was no restenosis in the followed-up patients with
maintenance of good RV function [RV-PA gradient and TAPSE on
echocardiography (19.94  8.46 mmHg) and (22.7  1.49), respec-
tively].
Conclusions: Patients with congenital pulmonic stenosis who pre-
sent in adolescence or adult life can be treated with PBV using
inoue technique with excellent short- and intermediate-term
results.
Congenital heart disease: Spectrum
anddistribution at a tertiary health care
centre in western India
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Background: Changing pattern and incidence of congenital heart
diseases (CHD) have been observed in various geographical loca-
tions.
Aim: To study the frequency, age-wise distribution, and spectrum
of CHD at a tertiary health care centre in Ajmer, Rajasthan.
Methods: A retrospective analysis of case records of 8641
patients in the age group of 0–18 years from January 2008 to
July 2015 was done to ascertain the spectrum and distribution of
CHDs. Clinical examination, electrocardiography, chest X ray,
and transthoracic echocardiography were used as diagnostic
tools.
Results: Out of 8641 patients, 2052 (23.75%) were found to have
CHD. Male preponderance was observed (male to female
ratio = 1.43). Study group comprised of 12.62% neonates, 39.38%
infants, and 47.81% ofmore than 1-year age. A total of 1742 (84.89%)
were acyanotics, and 310 (15.11%) suffered from cyanotic heart
disease. Among the acyanotic heart diseases, ventricular septal
defect (VSD) was the most frequent lesion seen in 700 (40.18%),
followed by atrial septal defect (ASD) in 370 (21.24%) children.
Among the cyanotic heart diseases, tetralogy of Fallot (TOF) was
the most frequent cyanotic heart disease seen in 196 (63.23%)
patients.
Conclusion: The frequency of CHD at a tertiary care centre in
western India was 23.75%. VSD and ASD were the most common
acyanotic while TOF was the commonest cyanotic congenital
heart defect observed. TTE plays a major role in the diagnosis
of CHD. When clinical evidences lead to suspicion of
congenital heart defect, an echocardiography should be per-
formed.
Overall distribution
Acyano t i c (n = 1742 ,
84.89%)
Cyanotic (n = 310, 15.11%)
VSD 700 (40.18%) TOF 196 (63.23%)
ASD 370 (21.24%) TGA 32 (10.32%)
PDA 163 (9.36%) DORV 18 (5.81%)
PS 134 (7.69%) AVSD 20 (6.45%)
AS 33 (1.89%) Single ventricle 10 (3.22%)
Others 342 (19.64%) Others 34 (10.44%)
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